disease s.9 • The dangerous consequences of decompensation in Addison's disease would favour early therapy, and warrant close follow up.
The patient described here appears to be the first in which the diagnosis of compensated hypoadrenocorticism was suggested by increased pigmentation in a woman with other organ-specific autoimmune endocrinopathies -in contrast to cases detected in the course of a prospective study. The importance of this observation was in the predictive value in terms of ultimate overt Addison's disease. References Sjogren's syndrome is an autoimmune disease in which chronic inflammatory cells infiltrate exocrine glands, with destruction of the lacrimal and salivary glands resulting in xerophthalmia and xeroetomia--. A spectrum of lymphoproliferative disorders have been described in association with Sjogren's syndrome", They range from benign lymphocytic infiltrates confined to glandular tissue, to tumour-like lymphocytic infiltrates of extraglandular organs and ultimately to malignant B-celllymphomas. We report the second recorded patient to have an associated T-celllymphoma and who presented with cutaneous lesions only.
Case report A 62.year·old woman first developed a painless swelling of the right forearm in March 1985. Within two weeks the area became painful and the patient experienced episodes of sweating and fever. There was no improvement following systemic antibiotic therapy, and by April 1985 the right upper arm had become swollen and an ulcer had developed above the right wrist. The patient was otherwise well and denied any weight loss or malaise. Investigations revealed a positive antinuclear antibody at a titre of 1:20 with a speckled pattern, a positive rheumatoid latex test at a titre of 1:1280, plasma aspartate transaminase 115 iull (normal 9-41), alkaline phosphatase 483 iu/l (normal 35-105) and gamma glutamyl transpeptidase 2941 iull (normal < 65). The plasma bilirubin, calcium and phosphate were normal. A full blood count, coagulation screen and a bone marrow trephine also were normal. An abdominal ultrasound scan showed a large homogeneous spleen measuring 10x8x9 em, normal liver parenchyma, a large gallbladder containing two stones and no evidence of para-aortic lymphadenopathy. Swabs taken from the necrotic ulcer were cultured for bacteria, acid fast bacilli and fungi, but grew skin commensals only.
A skin biopsy from the margin of the ulcer on the right forearm showed a dense lymphoid infiltrate in the dermis and the subcutis. The cells comprising the infiltrate had large hyperchromatic, pleomorphic and irregular nuclei and were accumulated around small blood vessels the walls of which they had invaded (Figure 2A ). The infiltrate showed little or no epidermotropism. Immunoperoxidaae staining of unfixed tissue ( Figure 2B ) was positive for UCHT1 4 (CD3), UCHT2 (CD5) and 3A1 (CD7), all pan T-cell markers", Staining was negative with T015 (CD22), a marker of B-Iymphocytes.
A diagnosis of pleomorphic T-cell lymphoma was made and the patient received a total of five courses of the combination chemotherapy regimen M-BACOD every 28 days. Within three months the induration, oedema and ulceration had resolved. Unfortunately the lymphoma relapsed locally one month later and radiotherapy to the right arm was given with good result. In January 1986, she complained of severe headaches and developed cranial nerve lesions. Cerebrospinal fluid examination at that time was not diagnostic of lymphomatous involvement and a CT brain scan was normal. Left cervical lymphadenopathy was found in May 1986 and the patient died of bronchopneumonia two weeks later.
Discussion
Many immunological abnormalities have been demonstrated in patients with Sjogren's syndrome and these indicate altered function of both B-and T·lymphocytes2.6. Hypergammaglobulinaemia, cryoglobulinaemia, raised levels of circulating immune complexes, the presence of multiple autoantibodies and local salivary gland synthesis oflgG and IgM all suggest hyperactivity of the B-lymphocyte. There is some evidence that the B-cell stimulation may be T-lymphocyte-induced, since immunohistochemical staining of salivary glands shows a higher proportion of helper/inducer T·cells relative to suppressor/ cytotoxic T'cells". In addition, 9 of 13 patients in this study showed positive staining of the T-lymphocytes to anti-HLA class II antibodies, implying that the T'cells were activated.
In an epidemiological study of 136 women with the sieea syndrome, Kasaan et aL 8 reported that 7 patients developed a non-Hodgkin's lymphoma and 3 patients developed Waldenstrom's macroglobulinaemia. The incidence of lymphoma was 43.8 times the expected incidence in the general population. Since 1978 there have been several papers describing immunohistochemical techniques which confirm that the malignant lymphoma of Sjogren's syndrome is a monoclonal B-cell neoplasm'"!", The exact mechanism by which these lymphomas arise remains unclear. However, it is tempting to speculate that in a genetically susceptible person, prolonged B-cell stimulation may result in a monoclonal proliferation. Wilke et ai. 12 first documented a malignant lymphoma with T-cell characteristics in a patient with Sjogren's syndrome. Our patient is the second such case, and until more is known about the pathogenesis we wish to underline the importance of precisely classifying any lymphomas arising in patients with Sjogren's syndrome. AH Investigations showed: ESR 150 mmIh, C-reactive protein 80 mgll (normal < 5), IgM and IgG circulating immune complexes, leukoerythroblastic anaemia (Hb 8.2 g/dl; nucleated red cells and immature white cells) with normal red cell indices, neutrophil leukocytosis (8.2xI0 9 /l), thrombocytosis (824xl0 9 /l); hypercellular bone marrow consistent with anaemia of chronic disease; urine microscopy normal and blood cultures negative. Serum IgM was elevated at 11.4 gil (normal 0.6-3.5), IgG and IgA being normal; protein electrophoresis showed raised alpha-2 globulins plus two discrete bands between the beta and gamma regions. Liver function tests were abnormal: aspartate aminotransferase 52 Ull (normal 7-40), gammaglutamyltransferase 60 Ull (normal 0-45) and serum albumin 30 gil (normal 35-51). Serum creatinine and urea were raised at 152pmol/l (normal 60-125) and 12.7 mmol/l (normal 2.5-6.6), respectively. ECG showed left bundle branch block; chest X-ray, marked pulmonary oedema and bilateral pleural effusions; two-dimensional echocardiogram, dilated, poorly functioning left ventricle, but no valvar vegetations. An enlarged liver of normal D J S Carmichael BScMRCP St Mary's Hospital Medical R J Unwin MRCPPhD W S Peart FRCP FRS School, London W2
